Abstract
Introduction

Thrombotic thrombocytopenic purpura (TTP) is an autoimmune disorder characterized by a pentat consisting of thrombocytopenia, hemolytic anemia, renal dysfunction, neurological signs and fever. An assay to detect decreased activities of von Willebrand factor-cleaving protease, which is a disintegrin and metalloproteinase with thrombospondin type 1 motifs 13, (ADAMTS13) and anti-ADAMTS13 IgG antibodies in plasma are now being used to diagnose TTP (1). However, because this biomarker is not widely and readily available, familiarity with the clinic picture is still essential for the diagnosis and emergency initiation of the treatment (plasmapheresis).
As TTP is basically a disseminated thrombotic microangiopathy (2) , one of the most commonly observed neurological involvements includes a variety of ischemic and hemorrhagic strokes (3) . In addition to convulsion and encephalopathy without corresponding structural lesions perhaps due to systemic complications such as renal insufficiency and/or malignant hypertension, reversible posterior leukoencephalopathy syndrome (RPLS) is another wellknown and frequent central nervous system involvement pattern of TTP (3) (4) (5) (6) . We present herein a well-studied example of this association; TTP and RPLS, which offers an interesting opportunity to discuss and to shed light into the underlying mechanisms of neurological involvement in TTP, where documentation of cerebral perfusion abnormalities with MRI is scant (7) . F i g u r e 1 . B i l a t e r a l b a s a l g a n g l i a a n d i n s u l a r c o r t i c e s a r e o f i n c r e a s e d i n t e n s i t y o n F L AI R ( A) wi t h p e t e c h i a l h e mo r r h a g e s o n g r a d i e n t e c h o T 2 * ( B ) i ma g i n g . P o s t c o n t r a s t T 1 W a x i a l i ma g e s h o ws f a i n t e n h a n c e me n t i n t h e b a s a l g a n g l i a a n d p i a ma t e r ( C) . T r a c e i ma g e o f DWI s h o ws n o s i g n a l c h a n g e ( D) wi t h e l e v a t e d v a l u e s o n ADC ma p ( E ) c o n s i s t e n t wi t h v a s o g e n i c e d e ma . On CB V ( F ) a n (Fig. 1A- (Fig. 1F, G) g e s o b t a i n e d a t  d a y -1 0 ( A) a n d d a y -2 0 ( B ) r e s p e c t i v e l y . of the lesions are regarded as 'atypical' in this syndrome (10, 11) (14) . Cerebrovascular autoregulatory dysfunction is considered as the dominant underlying mechanism of these lesions. PWI in the present case showed an increase in both CBF and CBV indicating that the hyperperfusion most likely resulted from disordered cerebral autoregulation. This is a previously recognized but rarely illustrated finding in RPLS cases (9, 14) . 
d CB F ( G) ma p s o f p e r f u s i o n we i g h t e d i ma g i n g , h y p e r e mi a i s s h o wn o n i n s u l a r c o r t i c e s wi t h a l i t t l e r e d u c t i o n o f t h e s e p a r a me t e r s i n t h e r i g h t b a s a l g a n g l i a . L). Direct and indirect
E). A perfusion-weighted MR study (PWI), performed on the fifth day, disclosed increased cerebral blood volume (CBV) and cerebral blood flow (CBF) at insular and anterior temporal lobes bilaterally
Discussion
The neuroimaging features in the clinical setting of this patient are suggestive of atypical RPLS (8, 9). Typical and atypical RPLS share the same etiological and pathophysiological aspects (10). Features including involvement site other than posterior circulation, and cortices and subjacent white matter, the presence of contrast enhancement on postgadolinium imaging, restricted diffusion, and irreversibility
F i g u r e 2 . P a r t i a l a n d c o mp l e t e r e s o l u t i o n o f t h e l e s i o n s a r e s e e n o n F L AI R i ma
. Basal ganglia, thalami, brainstem and deep white matter involvement may lead to extremely 'atypical' appearances on MR imaging and pose a diagnostic challenge especially in the absence of characteristic parieto-occipital lesions. Other less common manifestations were hemorrhage and a recently described unilateral variant (12). Generally, facilitated diffusion with elevated ADC values indicative of vasogenic edema is observed in RPLS. In the presence of additional hemorrhages, which are mainly petechial and perhaps represent another indicator of blood brain barrier break-down, in the edematous lesions, ADC values can be relatively decreased (13). However, restricted diffusion is another well-known atypical characteristic irrespective of hemorrhagic contamination, and does not rule out RPLS diagnosis, instead it may indicate irreversibility of the lesions
Most of the TTP-associated RPLS patients have difficult-to-control hypertension and/or renal failure indicating a connection between RPLS and hypertensive encephalopathy (3). TTP-induced RPLS infrequently results from cerebral reversible segmental vasoconstriction syndrome (4)
.
